INTRODUCTION {#sec1-1}
============

Congenital anterior urethrocutaneous fistula (CAUF) of the male urethra is a rare anomaly of unknown etiology, while urethrocutaneous fistula after hypospadias repair is a common complication. CAUF is usually positioned distally. It was first reported by Campbell in 1951.\[[@ref1]\] Caldamone et al, 1999, reported the largest series (14 cases).\[[@ref2]\] Forty-five observations have been reported in the literature to date.\[[@ref3][@ref4][@ref5][@ref6][@ref7]\] We report 2 cases of CAUF with review of all previously published 45 cases.

CASE REPORT {#sec1-2}
===========

Case 1 {#sec2-1}
------

A 6-month-old boy presented with a fistula located on ventral penile urethra since birth. There was no history of trauma or surgical intervention. He was passing urine mostly through this fistula and also from the external urethral meatus. The preputial skin was intact, and there were no other anomalies. The fistula size was 8 × 5 mm, just below the coronal sulcus. The patient was operated on at the age of 1 year. A 10-F urethral catheter inserted in the external meatus and passed through the fistulous opening easily \[[Figure 1](#F1){ref-type="fig"}\]. At the operation, cystoscopic evaluation was normal. The fistula was closed primarily by multi-layer closure of the urethral plate with vicryl 6/0 sutures over a 10 Fr feeding tube and an interpositioned dartos flap \[Figure [2a](#F2){ref-type="fig"} and [2b](#F2){ref-type="fig"}\]. The hypospadias silicon stent (8 Fr) was kept in place for 7 days and after removal, the patient voided normally. After 1-year follow up, the child was healthy without any complaint.

![Congenital anterior urethrocutaneous fistula with catheter in the urethra](UA-6-239-g001){#F1}

![Intra-operative repair of congenital anterior urethrocutaneous fistula (a) dissection of the fistula, (b) good urine stream from external urethral meatus after completion of a Thiersch-Duplay repair](UA-6-239-g002){#F2}

Case 2 {#sec2-2}
------

A 2-month-old boy presented with a fistula located on his ventral penile urethra after circumcision, just below the coronal sulcus it measured 10 by 8 mm. Although the pathology of prepuce is not examined for urothelium to exclude iatrogenic cause of fistula, the margins of the fistula were completely mature just after circumcision. He was passing urine mostly through this fistula. Both testicles were in place and there were no other anomalies. The patient was operated on when he was 10 month old. At the operation, there was distal penile megalourethra proximal to the fistula. The fistula excision and reduction urethroplasty was done tell the normal-caliber urethra at penoscrotal junction. The 3-cm urethral defect was closed primarily by multi-layer closure with vicryl 6/0 sutures over a 10 Fr feeding tube and an interpositioned dartos flap. The hypospadias silicon stent (8 Fr) was kept in place for 7 days and after removal, the patient voided normally and was discharged. Postoperatively, he had tiny coronal urethrocutaneous fistula which was closed spontaneously within 3 months. After 6-month follow up, the child was healthy without any complaint.

DISCUSSION {#sec1-3}
==========

CAUF has been named as criptospadias (an unusual type of hypospadias). Some patients have undergone circumcision before diagnosis, raising the possibility that the fistula may have been iatrogenic. But, the fact that most of the reported patients were uncircumcised (31/47) confirms the congenital nature of this lesion.\[[@ref3][@ref4][@ref5][@ref6][@ref7]\]

Most of CAUF are coronal or subcoronal. The fistula was at the distal shaft in 24/47 patients, mid shaft in 13/47, penoscrotal junction in 3/47, and non-specified in 7/47.\[[@ref3][@ref4][@ref5][@ref6][@ref7]\]

CAUF may be isolated (29/47; 62%) or associated with other pathology as shown in [Table 1](#T1){ref-type="table"}. Our second case is the first report of CAUF with megalourethra.

###### 

Congenital anomalies associated with congenital anterior urethrocutaneous fistula

![](UA-6-239-g003)

In male fetus, urethral development and sexual differentiation begin approximately in utero at 8 weeks and are completed in 15 weeks. The male urethra is formed by urethral folds fusion along the ventral surface of the penis, which extends to the coronal sulcus. The embryonic male urethra has three separate parts. The proximal portion was formed by the portion above the Wolffian duct opening including verumantanum utricle and urogenital sinus. The second segment extends from the verumantanum to the base of the glans. The glans segment is formed separately. Failure of fusion of urethral folds leads on to various levels of hypospadias or in extremely rare occasions may lead to congenital urethrocutaneous fistula. According to the level at which the lack of fusion occurs, such anomalies can be localized anywhere from perineum to glans.\[[@ref4]\]

The etiology of congenital urethrocutaneous fistula is not clear yet, but several hypotheses have been proposed. Some authors believe that the etiology may be same as in hypospadias. Coronal type of fistula may be explained by misalignment of the glanular and penile urethra. It may represent the ventral functional limb of a Y-type urethral duplication. Other explanation could be the blowout phenomenon as stated by Campbell;\[[@ref1]\] such theory can be supported by one case report with a small ventral penile cyst at birth, resembling an epithelial inclusion cyst, which ruptured at 1-2 weeks of age and became a small fistula.\[[@ref7]\] For cases associated with ARM (anorectal malformation), the defect in the urethral plate, which is the ventral extension of the cloacal plate, may affect the cloacal membrane as well.\[[@ref3]\]

Repair should be individualized to the defect. Initially, clinical examination, retrograde and voiding urethrocystogram, or cystourethroscopic examination may be required to exclude the associated anomalies as urethral duplication and ARM.\[[@ref3][@ref4]\] Treatment usually consists of one of two techniques: (1) for isolated cases; the fistula can be circumscribed and then closed in simple multilayer fistula closure, or (2) for more complex cases, closure requires straightening of the penis, ventral glans can be opened through the distal urethra and reconstruction of the urethra all the way to the most distal point of the glans by the more complex reconstruction techniques employed in formal hypospadias surgery as Thiersch-Duplay tubularization or tubularization and incision of the urethral plate technique, pedicled island preputial tube or onlay urethroplasty, and buccal mucosa urethroplasty.\[[@ref3][@ref5][@ref7]\] Endoscopic treatment of isolated congenital urethroperineal fistula had been reported.\[[@ref6]\] Primary repair was successful in 42/47 of cases, 4 patients required two operations and 1 patient required three closures.\[[@ref3][@ref7]\]

CONCLUSION {#sec1-4}
==========

CAUF is a rare anomaly with almost 90% success rate after single surgical procedure. Associated anomalies should be excluded before deciding surgical correction.
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